SUMMARY The alpha-keto acid dehydrogenase complex and its component enzymes, lactate dehydrogenase, pyruvate carboxylase, cytochrome c oxidase, succinate-cytochrome c reductase, NADHcytochrome c reductase, and the concentration of cytochromes and enzymes of beta-oxidation in muscle from a patient with mitochondrial myopathy, encephalopathy, lactic acidosis and strokelike episodes were studied and no specific defect was found. These results raise the possibility that the mitochondrial changes in the patient may be secondary.
A syndrome which has been labelled MELAS '(mitochondrial myopathy, encephalopathy, lactic acidosis and stroke-like episodes) is characterised by seizures and stroke-like symptoms as well as lactic acidosis, ragged-red fibres and dementia. Although the clinical features are relatively distinctive, the biochemical abnormalities reported so far have not been uniform. We studied several enzymes and the concentration of cytochromes in isolated muscle mitochondria from a patient with the syndrome, and found no specific defect of the respiratory chain.
Case report A girl, the second child of unconsanguineous healthy parents had normal growth and development until age 10 years but she could never run as fast as her peers. At age 11, she began to complain of nausea and headache during swimming and had recurrent febrile illnesses. She also had visual problems and concentric field constriction was found by an ophthalmologist. CT Biochemical studies in mitochondrial encephalomyopathy In cytochrome c oxidase deficiency, a patient with myopathy showed the defect confined to the skeletal muscle and normal activities in the other organs such as heart, liver, kidney and brain.' Myopathic patients with the similar defect who had cardiac or renal disorder showed the decreased activity in the heart or kidney respectively in addition to the defect in the skeletal muscle.20 Our patient showed minimal muscle symptoms and a smaller number of "ragged-red". fibres compared with the previous cases. It is possible that the biochemical defect which was not found in the skeletal muscle might involve the other organs including the brain in particular which our patient's disease predominantly affected. 
